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HaBeJeHo y3aranbHeHi Cy4acHi BiROMOCTI NpO NOLWMPEHICTb aHTM0CONINIZHOrO CUHAPOMY cepes AiTei. MpoaHanizaoBaHo 0CO6MNBOCTI KNiHIYHOMO nepeoiry
CUHAPOMY B AiTeil T2 YTOYHEHi NabopaTopHi KpuTtepii AiarHoCTUKK 3axBoptoBaHHA. 06roBopeHo Npo6iemMu BefeHHs fiTel 3 aHTudpochoninigHNM CUHAPOMOM

Ta MOX/INBI LNAXN BUPILLEHHS UnX Npo6iem.
Kntoyosi cnosa: aHTudpoconinigHuin CUHAPOM, LiTL.

Pediatric antiphospholipid syndrome
V.M. Dudnyk, V.G. Furman, V.V. Demianyshyna
Vinnytsya National Pirogov Memorial Medical University, Ukraine

The article presents modern data on the prevalence of antiphospholipid syndrome in children. The analysis of the clinical course of syndrome in children was
provided and the laboratory criteria for the diagnosis of the disease are specified. Problems that arise in the management of children with antiphospholipid syn-

drome and possible ways of their solution are determined and discussed.
Key words: antiphospholipid syndrome, children.

AuTudhochonunuaHblil CHHAPOM Y AeTen
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BWHHWULKNIA HaUMOHaNbHbIA MeANLNHCKUIA YHUBEpCUTET umeHn H.U. Muporosa, YkpanHa

MpuBeaeHbl COBPEMEHHbIE JaHHbIE MPO PACMPOCTPAHEHHOCTb aHTUOCHONUNUAHOMO CUHAPOMA Y AeTeil. MPOBEAEH aHanu3 0COGEHHOCTEN KIMHUYECKOro
Te4YeHUs CUHAPOMA [ieTel 1 YTOYHEeHbI 1a60paTopHbIe KpUTEPUI AMArHOCTUKM 3abonesaHns. 06CYXaeHbl Npo6emMbl BEAEHUS AeTeil C aHTUOCHONNMUAHBIM

CUHPOMOM 1 BO3MOXHBIE MyTU UX PELUEHNS.
KntoyeBble cnosa: aHTMOCHONNNNAHbIA CUHAPOM, [ETU.

Bctyn
OlIHiGIO 3 aKTYAJIbHUX MIKIUCITUTLIIHAPHUX
pobJIeM cydacHOI meiaTpil 3aJIMIaeThCst
BUBUYEHHS MeXaHi3MiB PO3BUTKY, KJIIHIYHOTO T1OJIi-
MOphi3My Ta MiXOMIB J0 AIAaTHOCTUKU 1 JIIKyBaH-
Ha antudochoinignoro cunapomy (ADC).
[eit cMHAPOM HAJNEKUTH J0 TPYIU aBTOIMYHHUX
TpoMOO(DiIiil, KIHIYHUMHU MPOSIBAMU STKOTO
€ BeHO3HMII abo aprepiajbHMii TPOMOO3 Pi3HOI
JIOKaJTi3aIlii 3 BUCOKUM TUTPOM aHTudochoriii-
unx antutisi (aPLs), (antutina no kapmaionininy
(aCL), BouakoBoro antumkoarysuty (LAC),
KoakTopHUX 6iIKiB — nmporpombiny, nporeiny C,
npoTeiny S, aHeKcuHy V, NPOCTANUKJIIHY Ta
6erta-2-ramikonporeiny-1) [11]. Bin Bunukae sx
okpemuii (nepBunnuiit ADC) KIiHIYHUIT CUHAPOM
a60 SK TIPOSIB 1HIIIOTO 3aXBOPIOBaHHS (BTOPUHHMIA
ADC), nepeBaKHO TIPU CUCTEMHOMY YEPBOHOMY
Bopuaky (CUB) [12] abo iHIIMX 3aXBOPIOBAHHSIX,
MpU SIKUX YPAKYETbCI €HIOTeIN cy/uH. Y miTeit
ADC moxke TPOSIBIATUCS B OY/Ib-IKOMY Billi —
BiJl Tepiojly HOBOHAPOKEHOCTI (HeOHATaJbHUI
ADC) 5o onocTi. Takox y giTeit Moke BUHUKATH
katactpodiuanit ADC, mo XapaKTepusyeThCs
MIBUKUM PO3BUTKOM MOJIIOPraHHOTO TPOMGO3Y Ta
MiKpoaHTionaTiero ApiOHUX CyaWH, pijaire Tpa-
IUISIETHCST TPOMOO3 BeTMKUX cyauH [11].

Ha mouarky XX cT. y Memwusiii Jiteparypi
Baccepman ommcas ADC. Y 1952 p. C. Conley
ta R. Hartman BUsBUJIM BOBYAKOBUI aHTUKOArY-
gt (BA) y mmaszmi xBopux Ha CUB. IIpomyxitis
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BA cynpoBOIKY€EThCST TAPaOKCATbHUM TPOMOOY-
tBOpeHHs M. Y 1975 p. auraiiicbkuii BueHuii
G.R. Hughes, mig wac BuBYeHHsS KapubOCHKO-
sIMaliCbKOI HelpoIaTii, BIepIle 3allifo3p1uB aBTOi-
MyHHe TIoXo/sKeHHst 3axBopioBants. G.R. Hughes
ta W.A. Wilson omnucanmm xjaacwuHy KIIHIKY
y 1986 p., a micaa Binkputta aPLs cunapom HasBa-
s arTudocdominizanM. Ha 6-my MizkHapogHOMY
cumrioziymi ADC HazBamu «CHHIPOMOM X 'i03a»
Ha 4YecTb IepHIoBiAKpuBavya. Bigromi posmouann
IHTeHCUBHE BUBYEHHS MAaTODI310J0TIIHUX Ta KJIi-
HiuaKrx ocobsmBocteit ADC.

31999 p. posmouanu 6araToneHTPOBE MPOCIIEK-
tuBHe BuBdentss ADC — npoekT «EBpodocdori-
1>, 710 SKOTO BKJIOYWUJIM BUBYEHHS KJIHIYHIX
npossiB ADC y 1000 xBopux y 13 HaykoBo-
nocaignux neHtpax. lle mamo 3Mory BUBUUTH
OCHOBHI KJIiHIUHI Ta imMyHosoriuni nposssBu ADC
y 1e0I0Ti Ta eBOJIOLI, BUALINTH OijIblie OZHOPI/I-
HUX TPYII 32 KJIIHIYHUMHU TTPOSTBAMU.

[Tepuri kpuTepii AiarHOCTHKY chOPMYJIbOBAHI HA
8-My MiZKHAPOJTHOMY CUMITO3iyMi B 3KOBTHI 1998 p.

JloctoBipanx manux mozo nomuperHocti ADC
y aitTel B Ykpaini Hemae, ogHak Kanazmcbruii
peecTp mpocnekTuBHO isentudikysa 137 mitei,
4aCTOTa BUIIA/IKiB BEHO3HOTO TPOMOO3Y CTAaHOBUIIA
5,3 na 10 000 rocmiTamizariii, a6o 0,07 ma 10 000 au-
TSIYOTO HaceJeHHs. Y AuTsdiil jikapHi /lerBepa 3a
1952—-1972 pp. yacrora TpoMOO3iB cepejl rociiTa-
mizoBanux miteir mnopiBHioBama 1,2 wa 10 000.
IIpocniekTuBHE pocrhimkenas B Himeuuwni
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(ESPED) moxkasaio ygactory Ttpomb03iB y 5,1
Ha 100 000 sxuBOoHapoKeHNX iTelt [8].

[ocrmijkennss mokasyioTh, 1110 cepejll JiTei
yacTille 3yCcTpivaioTbcsd BUMAAKHU MiABUINIEHHSI
aPLs (6inpuricTs 6eacumntomi). Ipumyckaerbes,
1o /10 yrBopenHs aPLs npusBoagaTh yacTi iHdekIrii
B autsaomy Bimi. Ile siBure mae 31e6isbInoro
TpaH3uTOpHUH XapakTep. ¥ miteit i3 CUB, 3a omy-
OJIKOBAaHUMY JIAHUMY, 3HAYHO ITiABHUIYIOTHCS
ACL — no 44% sunankis, 40 % antuf,-GPI
ta 22% LAC [8, 10].

Husbkuii piBens nomupenocti ADC neperko-
JUKa€  JIOCTAaTHbOMY BUBYEHHIO  TIPOOJIEMH,
110 TPU3BOJAUTD /10 JeilIUTy /I0Ka3iB /Il CTBO-
PEHHS HaCTaHOBU 3 BeJleHHs 11i€i maTosorii. [Tigxo-
o 10 JiKyBaHHS 0asyloThcs  371e0iJIbIIoro
Ha pesyribratax jgociaimkedb ADC y mopocianx
ta Ha cepisix Bunaakis ADC y zgiteit, a 1bOro HeO-
craripo. Tomy ininiitoBano mpoekt Single Hub and
Access point for paediatric Rheumatology in Euro-
pe (SHARE) 1t po3pobky HallKparux I Ixo/1iB
JI0 JIIaTHOCTUKU Ta JIIKYBaHHS AUTSIYUX PEBMATOJIO-
FiYHKUX 3aXBOPIoBaHb, y Tomy uyncai ADC [12].

Y 2004 p. 3acHOBAHO MiXKHAPOJIHUN PEECTP
ADC cepen miteit (Ped-APS) y pamkax crijibHOTO
mpoekTy €Bporneichbkoro ¢hopymy pobodoi Tpyrm
€BpoIIEIICHhKOTO TOBAPUCTBA TE/[IaATPUIHOI PeBMa-
tosorii (PRES) nist Bu3nauennsa xapakTepucTuky
mutsiuoro ADC. Y 1mboMy PpeecTpi oImcaHo
121 Bumagox AMC y 14 eBporeiicbkuX KpaiHax.
Cepen nux martientiB nepsunnnii ADC giarnocro-
Bao y 50%, AMDC, acormitioBanuii i3 CUB abo
CUB-nomibaumu 3axBoproBanisivu, — y 41 % [12].

3acTocyBaHHS BUCOKOIH(DOPMATUBHUX METO/IIB
NIarHOCTUKU B TPAKTUIIL TeiaTpa Ta remMaToJjiora
nasio 3mMory 30isbiuTu yactory BusiBienHss ADC
Y IATSYOMY BIlli.

Mema poboT — y3araJbHUTH Cy4acHi 3HAHHST
moyo piarHoctuku ta JikyBanusa ADC y mirei,
0OTOBOPUTH OCHOBHY PI3HUII0 MiXK IPOSIBAMU
ADC y nopocnx Ta IiTeii.
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BusHadeHHs Ta knacudikauia

Hiarnoctuka ADC 6aszyeTbest Ha KITHIYHUX Ta
nabopaTopHux kpurepisx. CboroHi HeMaE Ai0UnX
kputepiiB mis piarnoctukn ADC y mirteit. [Tome-
peHi KpuTepii A71s1 I0POCIX PO3pobIIeHi Ha OCHO-
Bi KoHceHcycy B 1998 p. ta onosmeni y 2006 p.
Ili kpuTepii npusHAYeHi JJs1 TOCHI/KEHDb, ajie He
JUIsT BelleHHS NalieHTiB B ymoBax kiiniku [10].
Bignmosigno 10 oHOBJEHUX KpuUTEpiiB Sapporo,
A®C BCTaHOBJIOIOTH MaIliEHTAM i3 KJITHIYHUMM
KpUTepisiMu (BUIIAL0K BaCKYJSIPHOIO TPOMOO3Y
ab0 pernuanuBHI BUKW/IHI), IO MOCTIHHO CYMPOBO-
JuKyBasucst ogHuM abo Gibiire aPLs. 3anpornoHo-
BAHO aJIaliTyBaTH OHOBJIEHI KpuUTepili Sapporo
JUIST UiTel, BUKJIIOYUBIITN 3 KPUTEPITB IMTYHKT «PeIn-
JIMBHI BUKW/IHI», OCKIJIbKW BiH He iH(HOPMaTUBHU
muist mireit [1, 11] (tabo. 1).

Jiarnos ADC BCTAHOBJIIOIOTH, AKIO € KJIHIY-
HUIT KpuTepiii i mprHaiiMHI 0I1H 13 1ab0paTOPHKX
kputepiiB. Lli kputepii nmpusHaueHi Ay OCIII-
HUIIBKUX I1iJIeH, a He JIJIS JIIaTHOCTUYHUX.

IepBunHuMii anTHdOCPOTINMiAHUI CHHAPOM

[TepBunnuit ADC (He TOB'A3aHUN 3 iHIIUMEU
ABTOIMYHHUMHU 3aXBOPIOBAHHSIMM) cepej JiTei
gycrpivaerbest y 40—50 % Bunankis aursraoro ADC
[11]. TpomboTHuHi TIPOsIBY 371€01IBIIOTO OMKCaHI K
rMOOKUI BEHO3HMH TPOMOO3 HWIKHIX KiHIIIBOK,
JiereHeBuii eMO0J1i3M, TPOMOOTHYHI yCKJIaHEHHSI
nerTpasbHol HepBoBoi cuctemu (ITHC) [9]. Hitu 3
nepuaHuM ADC 1epeBasKHO MOJIOIIIOTO BiKy Ta
MAIOTh OLUIBIIy YacTOTy apTepiaibHUX TPOMOO3iB,
nopiBHsIHO 3 AiTbMu 3 BropuHHuM AMDC i3 BeHO3-
HUM TPOMOO30M Ta T€MATOJIOTIYHUMHE 1 TITKiPHUMUI
nposiamu. Y peectpi Ped-APS 30 % mireii,
gKi croyaTky Maju 1nposisu repBurHOT0o ADC,
mizHimre aedorysanm sk CUB [4, 10, 11].

Bropunnuii antudocdominiaauii cuapom

Y niteli MOKJIWBICT TIPOTPECYBAaHHS TIEPBUH-
Horo ADC y BropuHHMII HabaraTo BWINA, HiXK

Tabnuys 1

ApanToBaHi OHOBJEHi KpuTepii Sapporo B neaiaTpil Ag nawuieHTis
3 aHtndoceoninigHnm cuiapomom (D.G. Rumsey et al., 2017)

KniHi4Hi kputepii:

Tpom603 cyaumH: 1 abo GinbLue KNiHiYHWX eni3ofiB apTepianbHOro, BEHO3HOro TpoM603y a60 TPOMOO3Y CYAUH MINIKOro Kaniopy,
y 6yab-AKi TKaHWHI @60 opraHi, 06'€KTUBHO NITBEPIKEHOr0 3aTBEPIKEHUMU KpUTEPIAMU

JlabopatopHi kputepii:

HasgHicTb BA y nnaami 2 a6o 6inblue BUNaaKis TPUBANICTIO He MeHLe 12 TUXHIB

AHTukapgioninid isotuny IgG Ta/a6o IgM, cepegnix a6o Bucokux Tutpis (>40 GPL a6o MPL a6o >99-ro nepueHTvns)

y 2 abo 6ifbLUe BUNaaKax NPOTAroM LoHaWMeHLLe 12 TUXHIB

AnTuTina po B, rnikonpoteiny | isotunis IgG Ta/abo IgM, cepeHix abo BUCOKMX TUTPIB (>99-r0 nepLieHTVs)

y 2 i 6inblLUe BUNaLKax NPOTAroM LLOHaNMEHLLE 12 TUXHIB
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y mopocsux. CUB ta BoBuak-1moibHi 3aXBOpIOBaH-
HsI CTAaHOBJISITH OLIBITCTD (83 %) BUIAKIB BTO-
puntoro ADC [10]. ¥ psaai pocaipkenb y iTeit
3 CUB sBigmivaiorsca aPLs, 3okpema, aCL —
y 48%, LAC — y 23 % nireii [9].
Antudochomimiaauit CUHAPOM 3yCTPIYaeThCs
B moeAHaHHi 3 iHmmMmu, kpim CUB, aursaunvu
ABTOIMYHHUMM 3aXBOPIOBAHHSIMH, TAKUMHU SIK I0BE-
HisbHuH imionatnunuit aprpur (IOTA), mypmypa
[ennsitn—Ienoxa, xBopoba Bexuera, remoJiTu-
KO-ypeMiuYHUH CHUH/IPOM, IOBEHIJIbHUI JepMaTo-
MiO3UT, peBMaTOiflHA JuUxXoManka. Ha Biaminy
Biz CUB, y Takux maiieHTiB piJIko pO3BUBAIOTHCS
aPLs-noB'si3ani Tpombosu. Y aireii 3 FOIA yactora
pusisiiennss aCL y mmasmi csrae 7-53%, aie

aBf2GPI ta LAC BugBagioThcs piaiie, Hix
y 5% mireii 3 IOIA [1, 10, 11].

Heonaranpamii antudgocdoinigauii cHHIpom

Heonaranpunii ADC gocuThb piiKuil KIiHIYHII
BapiaHT. Y 1epiojii HOBOHAPOXKEHOCTI ICHYE BUCO-
KM PU3UK PO3BUTKY TPOMOOEMOOJIUHMX IO,
0 3yMOBIIOETbCs OaratbMa hakTopamu. Cepej
HUX 3HMKeHa KIJTBKICTD TTa3MiHOTeHY, (hakTopiB 3rop-
tanns, nporeiny C, mpoteiny S, anturpom6Giny 111
[9], BiTaminy K, 3HMIKeHHS arperaiiiHol (yHKIIii
TpoMbGonuTiB. IToeaHaHHs 1UX (GaKTOPiB PUSUKY 3i
CMIA/[KOBUMU Ta HaGyTUMU ITPUBOAUTD JIO T IBUIIIE-
HOTO pU3KMKy TpoM6o3iB [ 1, 11].

Pusuk pozsutky ADC y AUTHHM, HAPOKEHOT
BiZl MaTepi, sika xBopina Ha ADC, nyske HU3BKUIA.
Xoua Barithi xifkn i3 ADC MoXyTh 1epeaaBaTu
BiacauM aitaMm aPLs (3okpema aCL) tpancruia-
LEHTApHO, ajle CIIOCTePeKeHHs 32 TAKUMU JITbMU
nokasasu, 1mo aCL BUSABISAETbCSA Y HOBOHAPOJIKE-
HUX, TIPU 1IbOMY MO0 PiBeHb OBIJIbHO 3HUKYETh-
cs Ta 3HUKAE 70 6 micsis [1, 9].

NEOVNATPUA

Y 2003 p. €sponeiichkuii hopym anTrdOChO-
JIMIZHUX aHTUTIJ iHiiIoBaB €BpomeichbKui
peectp miteit, HapoaskeHuX Bij aPLs-mo3uTuBHUX
MarepiB, KW MaB Ha MeTi BUSHAUYUTH JIOBIOCTPO-
KOBI HACJIZIKM Ta IMYHOJIOTIYHUN CTaTyC TaKUX
niteit. Cranom #a 2013 p. 134 guTuHM BRIIOYEHO
JI0 PEECTPY, ajie B JKOAHOI HE BUSIBIECHO TPOMOO3Y
abo CUB [1, 10, 11].

Tpancmmanenrapia nepegada aPLs — we enm-
HUIT TpUrepHUil hakTop TpoMOO3y B HOBOHAPO/IKE-
HuX. MokymBuii po3BuTok HeoHataibHoro ADC
de novo, gxkuil BUHMKa€ BHACJIZOK TaK 3BAHOTO
MeXaHi3My <«JIpyroro yzaapy» (HEIOHOIIEHICTb,
CTpec TIpU HAPOJKEHH], 3HEBO/IHEHHSI, BCTAHOBJIEH-
H4 IEHTPAJIBHOTO BEHO3HOTO KaTeTepa, CEICHUC,
Bpo/KeHa TpoMbodinist). Gordon Ta criBaBT. omu-
casmm 33 Bunanku HeonartaabHoro ADC, 3 uux 11 de
novo i3 Tpom6030M Ta nosutuBHUMHU aPLs y fiteit,
HAPOJPKEHUX BiJl 37I0pPOBUX MaTepiB. Y OiibIIocTi
3 HUX BUSIBJIEH] I04aTKOBI HaOyTi (haKTOPH PUSUKY
BUHMKHEHHsT TpoM603y (iH(deKIil, karerepusaris,
recraniiiauii giabet, BpojzkeHa TpoMOodiist) [1].

Karactpodiunuii antudocdomimignuii cun-
ZIpoM

Karactpodiunuit ADC xapaKkTepusyeTbCst
IBUIKUM PO3BUTKOM TPOMOO3Y B KiJTbKOX OpraHax,
10 TTPU3BOJIATH [0 1X IMCHYHKITIT Ta HEOCTATHOCTI
3a HastBHOCTI aPLs. ¥ GisbInocTi BUTIAIKIB OMHIY-
Ha TPOMOOTHYHA TIOIist, IO TOBTOPIOETHCST Yepes3
KiJTbKa MicsI(iB a60 POKIB TTicJIst iHIIIaIbHOTO €130~
ay [11]. Cunzpom Mae BHCOKY JeTaTbHICTD —
33-50 %. Kpurepii miarHOCTUKHU 3aIllpOIOHOBaHI
International Task Force y 2003 p. (Tabu1. 2).

Karactpodiunnit AOC BUHUKAE MeHIIe HiX B
1 % mnauienris i3 ADC. Hlictaecar BizomMux
Buna/ikiB kKatactpodiunoro ADC omumcani y Mixk-

Tabnuys 2

HiarHocTnyHi KpuTepii katacTpocpiyHoro aHTudpoccponinigHoro cuHgpomy (E.L. Go, K.M. O'Neil, 2017)

AiarHocTuyHi kputepii:

O3Haku 3anyyeHHs 3 Ta 6inbLue opraHis, cucTem Ta/abo TKaHWH

Possutok FIpOﬂBiB 0fHO4acHoO abo NPOTAroM OOHOIro TUXHA

JlabopatopHe nigTBepmxerHs aPLs (LAC/aCL/anti-B,-glycoprotein | B Tutpax >40 MO/n)

Buknto4eHi iHLWi npuynHn

Kartactpodpiynnii A®C nigTBepAXeHnn

HasgHi Bci 4 kpuTepii

KaractpogpiyHmi A®C moxnneui

HasBHi BCi 4 KpuTepii, ane 3any4eHi 2 opraHu, CMCTEMM a0 TKaHNHU

HasBHi Bci 4 KpuTepii, nabopaTopHe NigTBEPAKEHHS HEMOXIIMBE LLOHAVMEHLLIE 6 TWXHIB Yepe3 CMEepPTb
a60 BifgcyTHICTL BU3HaueHHs aPLs fo noyatky karactpodivHoro AOGC

HasgHicTb 1, 2 Ta 4 kpuTepiis

HasBHicTb 1, 3 Ta 4 kpuTepiiB Ta PO3BUTOK TPETLOI TPOMOOEMOONIYHOI NOAIi,
HE3BaXalouM Ha aHTWUKOArynaHTHY Tepanito GinbLue 1 TvXKHS, ane MeHwe 1 micaus nicna apyroi nogii
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napoanomy karactpodiunomy ADC peectpi
(3acHoBaHoTO €BpornelicbknM (hopymMom aHTUHOC-
(hostimiTHUX aHTUTINN) Y TIAIIEHTIB BikoM 710 18 po-
kiB. Cepesl onmcaHoi KOTOPTH MepeBaskajIn JliBUarT-
ka (67 %) 6e3 nonepeaHboi aBTOIMYHHOI [IATOJIOTI]
(59 %). Karacrpodiunuit ADC 6y nepuum
nposiBom ADC y 86 % miteit. Kniniuno autsanii
katactpodiunnit ADC npakTUIHO He BifPi3HIBCS
Bl ZIOPOCJIOTO — CHUHJPOM BUHHWKAB ParTOBO
Ta BKJIIOYAB MHOMKWHHI TPOMOO3M MIJIKUX CYIMH
GaraTbOX OpraHiB, TaKUX K HUPKH, jereni, [[THC,
ceprie, mkipa [7, 11].

TpomOoTuuni npossu antudocdoinmgHoro
CHH/IPOMY

Cynunuuii TpoMO03 — OCHOBHA KJIiHIYHA O3HA-
ka ADC, 1o BkIoyae aprepii Ta BeHU Oy 1b-SKOTO
Kambpy y Bcix opraHax Ta cucremax. Berkun
Ta cmiBaBT. [9] onmcanu 28 xiTeit i3 TPOMOOTHUHM-
MU Ta HETPOMOOTUYHUMHK KJIHIYHIUMHU TIPOSTBAMH,
ski mas aPLs. Cepen HUX BeHO3HUI TpomMO03 OYB
y 12 namienTis, aprepiampuuii — B 11 marmienTis
(BKJTI0YAI0YM HOBOHAPO/IPKEHUX 13 TepUHATATbHUM
iH(bapKTOM), HETPOMOOTUYHI TIPOSIBU — Y 5 [TEN.

Cepejt HalYaCTINX BEHO3HUX TPOMOOTHUHITX
noziit y mireit 3 ADC — tpomb03 TIMOOKUX BeH
HUKHIX KiHI[IBOK, TPOMOO3 11epedpasbHOr0 BEHO3-
HOT'O CUHYCAa, a cepell apTepiabHUX — HalluacTimie
imemiunuii indapkr. IlepebpoBackysipi mopy-
HIEHHS Yy BULIAAI TpoMOo3y LepebpaaibHOTO
BEHO3HOTO CHHYycCa Ta ileMidHoro iH(apKTy
3ycTpivaiotbess y  32% mali€HTiB, BHECEHUX
110 Ped-APS peectpy, 1110 3HAYHO BHUIIIE TOPIiBHSHO
3 jopocanmu [3].

Herpom6oTnuni nposiBu aHTH(OCHOiNmiIHOTO
CUH/IPOMY

Jlo HeTpOoMOOTHYHUX, a00 <«HEKJIACHYHKX»,
nposiBiB ADC HasexaTh reMaToJIOTiuHI, PETUKY-
JggpHa acdikcid, Xopesd, TOMEPeTHU MIEJT,
emisienicist, xBopoba kiamaniB cepit.  Cepen
naiieHTis, BKIOYeHHX 10 peectpy Ped-APS,
HaWyJacTile CIOCTePiraloTbcss TreMaTOoJIOTIuHI
HekaacuuHi mposiBu (39%), 3aXBOPIOBaHHSI MIKipu
(25%) i HeTpoMGOTHYHI HEBPOJIOTIUHI TOPYIIIEHHS
(16%) |2, 10].

Cepen rematosioriunux nposisie ADC Haituacri-
1€ 3yCTPIYaEThCsT TPOMOOIIUTOIIEHISI, TeMOJIITHYHA
aneMis, Jeiikonenis ta, piamie, cuaapom LAC rimo-
POTPOMOIHEMIT, TIOB'sI3aHUT 3 BUCOKOIO ahiHHICTIO
aHTUnpoTpoMbiHoBuX aHTuTL [10]. ABTOIMYyHHA
reMOJIITUYHA aHeMid, sKa 1HOMI TOENHYETHCS 13
TpombouuTorneHieo (cunapom EBanca), onmcana B
miteii i3 Bropunaum AMC na doni CUB [9].
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Jlo TomupeHx HEBPOIOTIYHIX HETPOMOOTHY-
HUX TIPOSIBIB HajexXarhb MITPEHb, eliJjerncis
ta xopest. ¥ martienriB Ped-APS peectpy cepern
16 % miTeii i3 HEBPOJOTIYHUMH TIOPYIIEHHSIMU
MITpeHb BiIMIUaeThCs y 7 %, X0pest — y 4 %, etijie-
nicist — y 3 %, posnaau Hactpoio — B 1 %, riceBo-
myxjimHa Mmo3ouka — B 1 % [2].

IIpodins anTudocdominHUX aHTUTIN Y TiTei
3 aHTHPOCPOTIMITHIM CHHIAPOMOM

Cepen ycix obcrexenux aiteit i3 ADC suiie
y 33 % BusiBieni Bci Tpu cy6runu aPLs, y 67 % —
HeraTuBHI TecTu 10 oaHoro abo asBox aPLs, 1o
BKa3y€ Ha HEOOXIiIHICTh PYTHUHHOTO BU3HAYEHHS
BCiX TphOX cyOTumiB aPLs. ¥ xiteii wacTimre 3ycTpi-
yaeTbcs BoBuakoBuil antukoaryassit LAC (72 %)
nopiBustHo 3 gopociaumu (40-54 %). 3HauHwMii
Bi/ICOTOK [liTeil 3 MEepPCUCTYIOUUMU TTO3UTUBHUMU
aPLs He Ma€ JKOAHUX TPOMOOTUYHUX MPOSIBIB.
PerpocniektuBnnii anasuiz 100 giteit 3 mo3auTHBHU-
Mu aPLs cBigunth, mo junie B 10 % namienTis
BUHUKJIX Tpombo3u, Toxi sk aPLs-nos'ssani
KJIIHIYHI TIPOSIBU CAMOCTIiHO BUHUKIU Yy 77 %
miteii [10].

Husbki tutpu aPLs BusiBisiiorhest y GJU3BKO
25 % 3M0pPOBUX [IiTeld, 10 BUIIE HIXK Y TOPOCITHX.
[1i aPLs 3a3Buyaii MatoTh TPaH3UTOPHUI XapaKTep
Ta 3'SIBJISTIOTHCS TiCsT iIHPEKIINHNX 3aXBOPIOBAHb
ab0 BakIMHAINL. Y 30POBUX IiTeil YacTOTa BUSIB-
nenns aCL csarae 3-8 %, a,GPI — 3-7 %. PiBenb
iMyHorsio0y IiHiB Bapiioe 3ajeskKHo Bifl BiKy Ta
MOJKe MaTH 3aJIeKHI BiJl BIKy HOPMaJTbHi 3HAUEHHSI.
LAC BusiBnsieTbcsl y 3I0POBUX JIiTEH, SIKi MAOTh
nososxkennit AUTY [1].

JlikyBaHHS

OcHoBHa MeTa y BefieHHI naiieHTiB i3 aPLs —
MOTEPE/KEHHST PO3BUTKY TPOMOO3Y y XBOPHUX,
SIKi He MaJiu erizo/iB TpoMO03y (repBuHHA TIPodi-
JaKkThKa); edeKTUBHA Tepamiss  TPoMOO3iB,
110 BUHUKJIH; Ta TTOTIePeKeHHs TTOBTOPHUX €1T1i30-
miB y martienTis i3 miarHoctoBanum AMC (BTopuH-
Ha npodinaktuka). OKpiM TOro, He0OXiHO BUSIBH-
™™ (hakTOpW pU3uKy, He 1oB'g3ani 3 aPLs, Ta ycy-
HyTH iX [12].

JlikyBanus xpiteit 3 ADC — HernpocTe 3aBIaHHS
3 OrJIANy Ha BiICYTHICTh 3aTBEPKEHUX JiaTHO-
CTUYHUX KPUTEPIiB /I T, HEOCTATHIO KiJib-
KiCTbh KJIIHIYHUX JIOCJIi/IKEHb Ta Pi/IKICTh MaTOJIOTi1
cepeJl ITSY0r0 HaceseHHs. JIikyBasbHA cTpaTeris
st putsiaoro ADC GasyeTbest Ha IMONEPEIHIX
JTAHUX KiJTbKOX OTJISZOBUX JIOCTI/KEHb Ta MOJIU-
dbikoBanux pekomenpgaiigx JikyBanus ADC
Y IOPOCTUX.
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[TepBunHa TpoMmbOMpOdiTakTHKa HE0OXiTHA
naiieHTaM, y SIKUX BUIAAKOBO BusiBieHi aPLs,
Ta [JiTAM 13 CYIYTHBOIO TATOJOTIEI0, TaKOIO
sk CUB, y sxux € aPLs, aze 1e He 6ys10 TpoM60-
traHoro emizony [12]. ¥V 2003 p. ycim mopociaum
namienTam i3 aPLs 6e3 KIiHIYHKMX IPOSBIB PEKO-
MEH/IyBaJiM TOCTIMHO 3aCTOCOBYBAaTH acHipyH
y HU3bKUX 703aX (80—100 mr moanHs) [1], ane 1i3-
Hillle 3aIIpoBaiMJIM HOBI 3acHOBaHI Ha JOKa3ax
pexkoMen/alii jikyBanHsa aPLs-nociis. Lleil miaxin
BrJtovae npodisib aPLs, kappioBackyasipHi hakTo-
pU PU3UKY Ta KJIHIYHUHU CTaH /i BU3HAUYEHHS
HeoOxigHoCTi iHimariil gikyBanus [13]. [Tname6o
KOHTPOJIbOBaHe J0CipKenusi, mposeaene Erkan
Ta CIiBaBT., MOKA3aJ10 Hee(PeKTUBHICTh TTOCTIITHOTO
3aCTOCYBaHHSI HM3BKMX 703 acmtipuny (81 mr
MIOJIEHHO) IS TIOTIePe/KEHHST TIePBUHHOTO TPOM-
603y B marfienTis i3 mosuruHumu aPLs [14].

Bropunna mpodimaktuka TpoMOO3iB TaKOXK
6a3yeThCcsl Ha PEKOMEH[AIIsIX /IS IOPOCIUX
narienTiB 3 ADC. JlikyBaHHs MaiienTiB i3 TocTpH-
mu Tpombozamu npu ADC He BiApi3HAETHCS
Bijl JIiIKyBaHHSI TOCTPUX TPOMOO3IB IHIIOTO TTOXO-
JUKeHHs Ta 1oTpebye 3aJydeHHs CIIeniaaicTiB
i3 3a3HAUEHOTO NWUTAHHS. 3a3BUuYall NAIIEHTH
OTPUMYIOTh He()PaKITIOHOBAHWH TeNapUH 13 Bi/IIO-
BIJTHOIO CYTPOBiIHOIO 1H(Y3IHOIO Teparriero.
[Ticss iHiniaabHOTO JIIKYBAHHS TelTapUHOM Ialli€H-
TiB YaCTO TIEPeBOIATH Ha BapapyH s JOBTOTPH-
BaJstoi aHTuKoaryJrsiii [1].

JlikyBanusi karactpodiunoro ADC y miteit
MOJISATAE B iHIIIATbHOMY ITPOBEICHH] aHTUKOATY JISI-
MITHOI Ta TJIIOKOKOPTUKOIHOI Teparii. [osoBHe
3aBjlaHHs TIpU BefienHi Karactpodiunoro ADC —
YCYHEHHsI TpUrepHUX (aKTOpiB, KOHTPOIb HaJ
SIRS Ta esimiHaIiss BAHUKINX TPOMOO3IB.

AHTHKOATYJIAIINHY Tepario IPOBOAATH Tella-
PUHOM i3 TPOMOOTITUYHOI, (hiGPUHOIITHIHOTO
METOIO, a TaKOJK JIJIs IHTIOYBaHHS aKTHUBAIll KOM-
nemenTy. He3Bakaroun Ha 3HauHE BUKOPUCTAHHS
AHTUKOATYJSHTIB, Y TIe[llaTPUYHIN MPaKTUITl rera-
puHOTepariss Mae 6araTo J0JaTKOBUX PUBHKIB,

JIITEPATYPA

NEOVNATPUA

HOB'sI3aHUX 13 BIKOBUMH OCOOJUBOCTSAME (hapMa-
KOJIMHaMiKu TipenapatiB. Tomy 1ij yac Takoro
BUJy JIIKYBaHHsI HEOOXiZIHO KOHTPOJIOBATU
Ta 30epertu GajaHc cCTeMHU KoaryJsiiii [14].

Jlnst 36epekeHHsT KOHTPOJIIO HaJl 3allajibHUM
npoitecoM nipu Karactpodiunomy ADC BUKOPH-
CTOBYIOTH TJIOKOKOpTUKOinu. I1i sikapchki 3acobu
3HIKYIOTB arperaiito TPOMOOIIHTIB, EHI0Te T aTbHY
Ta JIEHKOIUTAPHY a/resito, iHriOyIOTh MPOAYKILIO
mnasmennx (C3, C5a, OpaaukiHin, TpOMOIH) Ta KJIi-
TUHHUX (IIUTOKIHN) Me/liaTopiB 3anasnenns [1, 8].

[Tnazmo3zamicHe niepesiuBaHHs — TPETid 1oIIu-
penuii MeToz JiikyBaHHs1 Katactpodiunoro ADC.
[ett meTox epeKTUBHO BUAASIE TTATOJIOTIYHI aHTH-
Tijla, IMyHHI KOMIIJIEKCH Ta MUTOKIHU. OjHaK
y ZliTeil, AKUM MPOBOJIAJIN TaKe JiKyBaHHs, CIIOCTe-
piraerbcs Oijibliia 4acToTa YCK/Ia{HeHb, TOMY HOro
MPOBOATH Yy CIeIiai3oBaHnX 3akjaazax |[8].
Buicoki 1031 BHYTPITTHBOBEHHUX IMYHOTTIOOYJTiHIB
2 T/Kr peKOMEHJYIOTb IMicJsl TJIa3MO3aMiHHOTO
nepejMBaHHS Ta 3aCTOCOBYIOTH $SIK YaCTUHY
«TIOTPINHOI Teparlii» Mpu JIiKyBaHHI KatacTpodid-
Horo ADC [1, 8, 14].

BucHoBku

BuBuenHa MexaHi3MiB PO3BUTKY, KJIIHIYHOTO
noriMopi3My Ta MiIXO/iB /10 JIaTHOCTUKY 1 JIKY-
Bantsg ADC y niTeil € oHIEIO 3 AKTyaJIbHUX MiXK-
JAMCIUITIHAPHUX TIPOOJIEM CydacHOl Tesiarpil.
3 orismy Ha BiICYTHICTH 3aTBEP/KEHUX JliarHO-
ctuunux Kpurepiie ADC mist giteil, HeOCTATHIO
KIJIbKICTD KJIIHIYHUX JIOCTIIKEHD 1 PiAKICTh TaTo-
Jiorii, Ha cboro/Hi JTiKyBaHH fAiTeit i3 ADC € nmpo-
6emarnyarM. TepareBTUYHA CTPATETIS TUTSYOTO
ADC 6asyerbest Ha MOM(IKOBAHUX PEKOMEH/TAITi-
sx gikyBanusg ADC y nopocinx, i yepe3 BiKOBi
0COOJIMBOCTI TeMOCTa3y y JIiTell He MOKE MOBHOIO
MipOIO BiIMOBIIaTH iX TeparieBTUYHUM MTOTPedOaM.
[Tpobema AMDC y xiteil morpedye MOMATBIITIX
JIOCJTI/IKeHD JIJIsT CTBOPEHHS peKOMeH/Ialliil 3 jiar-
HOCTHKH, JIIKyBaHHS 3aXBOPIOBAHHS Ta CXEMU CIIO-
CTEPEKEHHS 32 TAKUMU JIITHMU.
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